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doi:10.1016/j.fjs.2011.08.001Summary Segmental intestinal dilation is a rare entity, mostly affecting infants and
children, and frequently associated with congenital anomalies. We report a premature infant
with omphalocele who also had segmental dilatation in the ileum. The abdominal defect
was initially closed, with biopsy only rather than resection of the dilated bowel. The infant
began to have frequent vomiting, and a barium meal study demonstrated a hiatal hernia
and a dilated segment of the ileum without mechanical obstruction. Resection of the dilated
bowel was performed in conjunction with repair of the hiatal hernia. The infant had an
uneventful recovery.
Copyright ª 2011, Taiwan Surgical Association. Published by Elsevier Taiwan LLC. All rights
reserved.1. Introduction
Segmental intestinal dilatation (SID) is a rare entity.1 For
the majority of cases it is discovered incidentally because
preoperative diagnosis is quite difficult. Concomitant SID
and omphalocele is extremely rare, and only 15 cases have
so far been documented in the English literature.2e4 We
hereby report a premature infant with coincident SID and
omphalocele.of Pediatric Surgery, Mackay
2, Zhongshan North Road,
Taiwan.
t.net (J.-C. Sheu).
ight ª 2011, Taiwan Surgical Asso2. Case report
A 1835 g male newborn, the younger of twins, was born at
34 weeks’ gestation. Omphalocele was diagnosed at 17
weeks’ gestation by prenatal sonography. A chromosome
study revealed a normal karyotype. Primary fascial repair
was accomplished immediately after birth at another
hospital. During the operation, a dilated ileal segment was
found. A biopsy was taken that showed that ganglion cells
were present, so the segment was not resected. However,
the infant began to have frequent vomiting and failed to
thrive after surgery, so he was transferred to our institution
at the age of 1.5 months.
Abdominal radiography revealed a markedly dilated
bowel loop in the right lower quadrant (Figure 1). Onciation. Published by Elsevier Taiwan LLC. All rights reserved.
Figure 1 A markedly dilated bowel loop in the right lower
quadrant of the abdomen.
Figure 2 Segmental dilatation of the bowel in the right lower
quadrant. There is contrast stasis but no evidence of actual
obstruction.
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considered to be the cause of the vomiting. In addition,
however, there was a segment of dilated bowel with mild
contrast stasis but no mechanical obstruction (Figure 2).
Four months after the primary abdominal closure, repair
of the esophageal hiatus was undertaken with Nissen
fundoplication. A segment of dilated ileum was present
about 15 cm proximal to the ileocecal valve. There was
a predominant feeding vessel resembling a vitelline vessel
(Figure 3). Segmental resection of the bowel was per-
formed with end-to-end anastomosis. The baby recovered
uneventfully.
Microscopically, the resected ileal segment contained
a normal number of ganglion cells. The mucosa was not
hypertrophic or heterotopic gastric, and no pancreatic
tissue was seen.
3. Discussion
Swenson and Rathause first reported SID in the colon in
1959.5 The following diagnostic criteria have been well
established: (1) limited dilatation of bowel with threefoldor fourfold increased size; (2) sharp conversion between
dilated and normal intestine without an obvious obstruc-
tion; (3) presence of normal neuronal plexus in submucosa
and muscularis propria; (4) clinical presentation of
obstruction or sub-obstruction; and (5) recovery after
resection of the dilated segment.5,6 It is mandatory to
exclude Hirschspung disease prior to making the diagnosis
of SID.
More than 50% of cases are discovered incidentally in
the neonatal period during surgery for other anomalies.2
In addition to the rare association with omphalocele,
a number of associated malformations have been docu-
mented. Although often asymptomatic, SID may present
with intestinal obstruction and hemorrhage. Iron-deficiency
anemia, hypoproteinemia, and bowel perforation have also
been documented.7 It is difficult to make a precise preop-
erative diagnosis. In some cases, a barium study that shows
Figure 3 At surgery, a dramatic increase in the caliber of the
ileum was obvious.
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diagnosis.8
There is disagreement about the pathogenesis of SID.
Irving and Lister, in explaining a correlation between SID
and omphalocele, suggested that temporary extrinsic
compression and bowel entrapment could lead to SID.9
However, Heller and Waag noted that SID can develop
even in the bowel that remains within the abdomen and
would not be subjected to extrinsic compression.1 Some
authors have called SID a giant Meckel diverticulum
because the two entities have several similar characteris-
tics.8 SID may contain heterotopic gastric or pancreatic
tissue and is commonly located in the ileum, although any
sites throughout the digestive tract may be involved.
Furthermore, an apparent feeding vessel to SID originating
from the mesentery resembles the vitelline vessel seen
with the Meckel diverticulum. Heller and Waag suggested
that the failure of the notochord to separate from the
endoderm could account for either a Meckel diverticulum
or SID.1
Definitive treatment for SID is resection with end-to-end
anastomosis and is recommended even if the patient
remains asymptomatic. However, when surgery for
omphalocele is also required, there is a question as to
whether increased intra-abdominal pressure followingprimary abdominal closure for omphalocele increases the
risk of leakage of bowel anastomosis or not. Basaran and
colleagues suggested that a decrease in abdominal content
after the dilated bowel was resected would make abdom-
inal closure easier.3 In the published cases of patients with
omphalocele and SID treated with primary resection and
abdominal closure in a single operative setting, there were
no reports of postoperative anastomotic leakage.2e4 Thus,
it seems feasible to simultaneously treat SID and ompha-
locele. As our case demonstrates, interval resection of the
involved bowel is an alternative, although one may doubt if
it is necessary to subject an infant to two separate
procedures.
4. Conclusion
The fact that SID is rare contributes to the difficulty of
making an accurate preoperative diagnosis. Early complete
resection is usually the only treatment when the diagnosis
is made. The association of SID with other malformations,
particularly with omphalocele, should increase the
surgeon’s suspicion for this condition and lead to a prompt
resection of the affected bowel.References
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